Hay and Wells in 1976 reported seven
A Seres-Santamaria, J L Arimany, F Mufiiz Abstract Hay and Wells in 1976 reported seven patients from four families who had an inherited condition of which the main features were ankyloblepharon, ectodermal defects, and cleft lip and palate. The inheritance pattern was determined to be autosomal dominant. This condition is known as AEC syndrome or Hay-Wells syndrome.
We report a family with two sibs showing some of these features and congenital adhesions between the upper and lower jaws (alveolar synechiae). There seems to be a recessive pattern of inheritance as neither of the parents has any features of the syndrome. This could be described as a recessive form of Hay-Wells syndrome with additional features or be named as a new syndrome. (J Med Genet 1993; 30:793-5) Hay and Wells' in 1976 Case 1, an 11 year 7 month old girl, was the product of a term pregnancy with a normal labour and spontaneous vaginal delivery; her birth weight was 2700 g (between the 3rd and 10th centiles). Soon after birth it was observed that her eyelids were fused. She also had synechiae of the upper and lower gums and from these to the inner side of the cheeks, she had a cleft uvula, and her nails were dystrophic.
The eye bands were released surgically and the oral synechiae were removed to allow normal feeding.
She has shown normal physical and mental development; her weight is above the 97th centile and her height on the 90th. She has had no major problems and her intelligence is normal.
Physical examination at 11 years 1 month showed a well developed, prepubertal girl with mild obesity, cleft uvula, some small synechiae involving the gums and the buccal epithelium, pits in the lower lips, onychodystrophy (fingernails and toenails), and coarse hair. The skin was normal, there were no sweating problems, and the teeth were normal.
CASE 2
Case 2, a 1 year 9 month old boy, was the second child of the family. He was born after a term pregnancy and uneventful delivery. The mother had some spotting during the first trimester. Amniocentesis was carried out at 16 weeks and showed a normal 46,XY male complement. Birth weight was 2860 g (10th centile), length was 49 cm (25th to 50th centiles), and head circumference was 34 cm (50th centile).
Like his sister he was noted to have ankyloblepharon (fig 1) , gingival fusion, cleft palate (fig 2) , and onychodystrophy. Soon after birth an erythematous macular rash appeared on both hands (fig 3) and on the dorsum of the feet, especially over the first and second toes; this disappeared spontaneously in three days. No other physical defects were noted. He had surgery on his eyes and mouth on the first day of life. The cleft palate was repaired at 18 months.
On physical examination he was a very active child with a normal face apart from a small chin. He also had pits in the lower lip and some synechiae between the gums and the inner part of the buccal mucosa. He has blond, wiry, sparse hair. His fingernails and toenails are dystrophic. He has always been on the 3rd centile for weight and on the 10th for height. Genitalia are normal, he has normal physical and mental development, and no serious health problems. 
